Anautopsied case of systemic lupus erythematosus with pulmonary hypertension is reported. A 29-year-old womanwith a seven-year history of polyarthralgia, butterfly rash, nephrotic syndromeand Raynaud's phenomenonwas admitted because of progressive dyspnea on exertion. Tests for antinuclear antibody, anti-cardiolipin antibody and lupus anticoagulant were positive. Echocardiographic examination revealed right ventricular hypertrophy and a moderate pericardial effusion. Estimated systolic pulmonary arterial pressure was 53 mmHg.Despite treatment with corticosteroids including pulse methylprednisolone therapy, lipo-PGEi and warfarin, she died of progressive congestive heart failure. Postmortem examination of the pulmonary vasculature revealed findings consistent with plexogenic pulmonary arteriopathy, without evidence ofvasculitis, fibrinoid necrosis, or thromboemboli. (Internal Medicine 33: 540-542, 1994) 
Introduction
Systemic lupus erythematosus (SLE) is a chronic inflammatory disease of unknownetiology which may affect various organs. Pulmonary hypertension (PH) is a rare complication in SLE; only a few reports of such a complication have been published until recently (1) (2) (3) (4) (5) (6) (7) (8) (9) . Wepresent here an autopsied case of SLEassociated with PH, Raynaud's phenomenonand a lupus anticoagulant.
Case Report
A 29-year-old woman was admitted in February 1989 because of progressive dyspnea on exertion and bilateral finger ulcers. In 1982, polyarthralgia and butterfly rash had developed. She had visited another hospital in November 1984 because of fever, polyarthralgia and butterfly rash. Antinuclear factor and anti-DNA antibody were positive, and she was diagnosed as having systemic lupus erythematosus (SLE).
Prednisolone at 30 mgdaily was started, and she responded promptly. In March 1986, nephrotic syndrome developed and she was treated with prednisolone 60 mg daily. In December 1987, Raynaud's phenomenon and bilateral parotid swelling developed. She gradually experienced dyspnea on exertion from September 1988. In February 1989 she had ulcerations of the finger tips of both hands and dyspnea on exertion, and the Raynaud's phenomenonbecame exacerbated, and was admitted to our hospital. There was no history of thrombophlebitis or embolic episodes.
On physical examination at admission, she had hair loss, butterfly rash and ulcerations of finger tips on both hands. Blood pressure was 126/86 mmHgand pulse rate was 90 per minute. The pulmonic sounds were accentuated, and a grade 2 pulmonic ejection murmur and a right ventricular summation gallop were audible. Breath sounds were normal. Abdominal A chest X-ray showed mild cardiomegaly with the dilatation of main pulmonary arteries and clear lung fields. The ultrasonographic examination of the heart showedright ventricular hypertrophy and presence of a moderate pericardial effusion. The systolic pulmonaryarterial pressure was estimated as 53 mmHgby Doppler echocardiography. Pulmonary function studies showed VC of89.6% andFEV 1.0% of93.5%. Histologically, numerous plexiform lesions of the peripheral pulmonaryarterial branches were present around the respiratory bronchi. Manyangiomatoid lesions were found adjacent to the plexiform lesions. Edemaof the media, particularly, of the peripheral pulmonary arteries were present. Fibroelastic intimal thickening and medial thickening of the larger pulmonary arterial branches were found. Dilatation and scattered atheroma of the major pulmonary arterial branches were found near the pulmonary hilus. No fibrinoid necrosis of the pulmonary arte- though pulmonary vascular disease has often been described in this condition. In fact, in several reviews written between 1962
and 1981 (10-12) hypertensive pulmonary vascular disease was not mentioned. In other connective tissue diseases, such as progressive systemic sclerosis and mixedconnective tissue disease, PHis relatively common. PH is also found in rare occasions in rheumatoid arthritis, dermatomyositis or primary Sjogren's syndrome. The first report of isolated SLEcases with demonstrable PH appeared in 1962 (13) , and only recently several articles have been published (1) (2) (3) (4) (5) (6) (7) (8) (9) . Recent studies using Doppler echocardiography and right heart catheterization indicate that the incidence of PH is 14%in SLE (14) . PHwas diagnosed in the present patient when she was alive, based on clinical, radiological and hemodynamic evidence, and it is clear that this case fell into the group of "primary" PH as defined by the World Health Organization in 1975 (15) .
As to the pathogenesis, vasoconstriction and vasculitis are proposed as the pathogenetic mechanisms of the primary PH. Factors implicated in the pathogenesis ofplexogenic arteriopathy in SLEinclude: [ 1] frequent or permanent vasoconstriction, [2] vasculitis, and [3] 
